Background-Progressive pulmonary vascular disease in surgically unrepaired transposition of the great arteries with or without ventricular septal defect had been frequently described in the past. Occurrence of progressive pulmonary vascular disease has been reported even after atrial switch procedure done at three months of age. With the advent of neonatal surgical repair, this problem is virtually non-existent. There is a small subgroup of infants with transposition of the great arteries who show pulmonary vascular disease in the neonatal period that can adversely affect the surgical outcome. The clinico-pathological correlation in this group of patients was studied. Observations-Three patients, with transposition of the great arteries and intact ventricular septum, who showed histological evidence of pulmonary vascular disease in the neonatal period or early infancy are described. Two of these patients, continued to have poor systemic oxygenation despite adequate atrial communication. One patient had a closed ductus arteriosus within the first two hours of birth while on prostaglandin E, infusion.
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Conclusions-In the absence of left ventricular outflow tract obstruction, a poor response to atrial septostomy suggests pulmonary hypertension and pulmonary vascular disease. Antenatal constriction of the ductus arteriosus may contribute to such changes in pulmonary vasculature.
(Br Heart J 1993;69:442-445) Division and fibrosis, suggestive plexiform lesions, and occasional foci of fibrinoid necrosis (figs 3 and 4). group.bmj.com on April 29, 2017 -Published by http://heart.bmj.com/ Downloaded from pulmonary vascular bed. In the presence of pulmonary vascular disease the pulmonary blood flow will decrease, as will the effective pulmonary blood flow. Although poor intercirculatory mixing in transposition of the great arteries can occur because of streaming effects,"3 in our cases the most important factor was the presence of pulmonary vascular disease.
The reason for such early appearance of these histological abnormalities is not clear. Circulation before birth where there is transposition is different from normal as the blood with higher partial pressure of oxygen from the umbilical vein passes through the pulmonary artery and ductus arteriosus. If the ductus arteriosus is constricted antenatally, a greater volume of blood with higher partial pressure of oxygen will flow through the immature pulmonary vasculature at higher pressure. Theoretically, this can explain the early onset of pulmonary vascular disease in some infants with transposition of the great arteries. Antenatal ductal constriction is known to be associated with persistent pulmonary hypertension in neonates.'4 The typical vascular changes present in this syndrome are noticeable hypertrophy and peripheral extension of muscle in pre and intra-acinar pulmonary arteries. There is no intimal proliferation. McKenzie and Haworth noted intimal proliferation leading to luminal occlusion in a case of persistent pulmonary hypertension in a newborn infant.'5 The reported histological changes were similar to our first two cases. Identification of a closed ductus arteriosus in our first case, on echocardiography and angiography while on prostaglandin El infusion, lends support to this hypothesis.
In conclusion, these cases show that significant pulmonary vascular disease occurs in some cases of transposition of the great arteries soon after birth. This can adversely affect the outcome of neonatal surgical repair. The possibility of pulmonary vascular disease should be considered in those cases of transposition without left ventricular outflow obstruction, who show poor response to atrial septostomy. In these patients a lung biopsy should be considered at the time of surgical repair. After operation, they should be followed up for development of pulmonary hypertension.
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